Introduction {#sec1_1}
============

Nevus comedonicus is a rare hamartoma of the pilosebaceous unit, first described by Kofmann in 1895 \[[@B1], [@B2]\]. In most cases, it has been present since birth but may also develop later, usually before the age of 10 years, without racial or sexual preference. When appearing in adult age, although rare, it is frequently associated with irritation or trauma \[[@B3]\].

Its occurrence entails the unregulated growth of the mesoderm portion of the pilosebaceous unit. The invaginations of the epithelial line, unable to form mature terminal hairs and sebaceous glands, accumulate a horny and softened ostial product, resulting in a plug \[[@B3]\].

It features bundles of papules and dilated follicular openings containing epidermal residues and firm pigmented horny plugs, similar to comedones \[[@B4]\]. The lesions typically present a linear or zosteriform distribution, but extensive areas have already been described, including with bilateral involvement \[[@B5]\]. The most frequently affected sites are the face, trunk, neck, and upper limbs. It may affect areas without hair follicles, such as the palms, soles, and the glans penis. Scalp involvement is rare \[[@B1]\]. There may be associations with other skin lesions or abnormalities of the central nervous, musculoskeletal, and ocular system \[[@B6]\].

We present a typical case of nevus comedonicus in a man with relevant psychosocial repercussion.

Case Report {#sec1_2}
===========

A 43-year-old black man who was a janitor, born and living in Rio de Janeiro, was referred to our department due to a lesion he had since birth in the left suprascapular region with progressive growth until the age of 5 years, extending along the left arm and forearm. The clinical aspect and extension of the lesion caused a relevant psychosocial repercussion, mainly during adolescence, leading him to prefer the use of long-sleeve shirts, to avoid beaches and swimming pools and the practice of activities without a shirt, also interfering with his affective relationships. There were some episodes of infection, associated with the manual removal without the due asepsis, entailing the development of cysts and pustules that were treated with antibiotic therapy; but these infections did not continue in adult life.

At dermatologic examination, bundles of dilated hair follicles were observed, filled with dark colored plugs, presenting a linear distribution in the left suprascapular region (Fig. [1](#F1){ref-type="fig"}), left arm (Fig. [2](#F2){ref-type="fig"}, [3](#F3){ref-type="fig"}), and left forearm (Fig. [3](#F3){ref-type="fig"}, [4](#F4){ref-type="fig"}). He did not present other cutaneous lesions or alterations to bones, nerves, or eyes.

Based on the history and typical features of the lesion, it was clinically diagnosed as nevus comedonicus. Due to the extension of the lesion and the possibility of its turning into an unaesthetic scar, the patient chose a noninvasive therapy, but the result after application of 0.1% retinoic acid cream was unsatisfactory, leading to suspension of the treatment.

Discussion {#sec1_3}
==========

Nevus comedonicus is a rare problem with an estimated occurrence of 1 case in every 45,000--100,000 individuals \[[@B2], [@B6]\]. According to Inoue et al. \[[@B7]\], only 200 cases were described until the year 2000. The disease can be divided into 2 groups: (1) formation of horny comedone-like plugs occurs without suppurative, acneiform prevalence; and (2) cystic formations, with recurrent infections, fistulas, abscesses, and scars, are the prevailing findings \[[@B4], [@B6]\].

Cestari et al. \[[@B8]\] believe that some cases may be exacerbated during puberty due to inflammatory alterations associated with an increase in eccrine and sebaceous secretions. It can also be associated with other cutaneous abnormalities, such as epidermolytic hyperkeratosis, trichilemmal cysts, epidermal cysts, and other cutaneous tumors.

Nevus comedonicus syndrome is characterized by extracutaneous manifestations associated with nevus comedonicus. The main alterations are ocular (congenital cataract), osteal (scoliosis, vertebrae fusion, spina bifida, and absence of fifth finger), and neurologic (mental retardation, convulsions, and corpus callosum dysgenesis). It can also accompany the Klippel-Trénaunay and Sturge-Weber syndromes \[[@B4], [@B5]\].

The diagnosis is predominantly clinical, with biopsy only indicated in rare cases, especially in group 2. The histopathologic exam evidences an epidermis with dilated follicular openings, filled with horny material. The sebaceous glands and hair follicles are usually absent or rudimentary \[[@B6]\]. The differential diagnosis should be made with dermatoses presenting comedones or lesions resembling neonatal acne, comedonal acne, chloracne, family dyskeratotic comedones, and porokeratotic ostial nevus \[[@B3], [@B4], [@B6]\].

Nevus comedonicus should be treated not only due to cosmetic aspects but also in order to prevent complications from infections with suppuration and residual scars. However, as with other epidermal nevi, its treatment is a challenge. The use of topic keratolytics and procedures, such as salicylic acid, dermabrasion, and manual extraction, can be useful but does not cure. Complete surgical excision seems to be the most appropriate treatment; however, the extension and location can often limit the use of this procedure. Isotretinoin is usually not recommended as a long-term therapy, although it can provide great benefit in preventing cysts. Antibiotic therapy is useful for secondary infections. There are also reports of use of CO~2~ lasers \[[@B6], [@B7]\].

Conclusion {#sec1_4}
==========

The patient presented a nevus comedonicus classified as group 1, presenting with a predominance of nonsuppurative lesions and an absence of extracutaneous manifestations. We emphasize the exuberance of the lesion and relevance of the psychosocial impact in our patient. We also highlight the therapeutic challenge, despite several treatment modalities described in the literature.
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